Sir,

Granulomatosis with polyangitis (GPA), previously called as Wegener\'s granulomatosis, is known to present with necrotizing vasculitis predominantly involving small- and medium-sized vessels. However, isolated renal artery vasculitis without glomerulonephritis leading to cortical necrosis in GPA has not been reported in literature. Here, we describe a case of renal cortical necrosis in a case of GPA.

A 43-year-old female presented to our hospital with history of decreased urine output, fever, and shortness of breath for 2 weeks\' duration. She was known to be hypertensive and diabetic for the past 5 years and was on irregular treatment. Her background history was significant in that she was diagnosed as a case of GPA 1.5 years back when she presented with fever and cough. Computed tomography (CT) chest showed multiple thick-walled cavities, antineutrophilic cytoplasmic antibody was negative both by ELISA and indirect immunofluorescence, and renal function was normal with a serum creatinine of 0.9 mg/dL and no active urinary sediments. Positron emission tomography--guided biopsy from the lung cavities revealed granulomatous inflammation with vasculitis. The patient was managed as antineutrophil cytoplasmic antibody (ANCA)-negative GPA and received oral steroids for 6--8 weeks and rituximab induction (375 mg/m^2^ weekly for four doses). After this induction therapy, the patient was lost to follow-up and presented this time after 18 months with the above complaints. On admission, laboratory parameters revealed hemoglobin of 8.5 g/dL, total leucocyte count of 17,500/mm^3^, serum creatinine of 9.5 mg/dL, and urinalysis showed no active sediments. Blood and urine cultures were sterile, and ultrasonography revealed normal size kidneys. Antiproteinase 3 antibody was positive by ELISA. Antinuclear antibody, anti-DsDNA, C3, C4, antimyeloperoxidase antibody, anticardiolipin antibody, lupus anticoagulant, hepatitis B serology, and anti-GBM antibody ELISA were negative. The patient was started on hemodialysis, and renal biopsy was performed which showed multifocal cortical necrosis including 70% of the total cortex with ischemic wrinkling of glomerular tuft \[[Figure 1](#F1){ref-type="fig"}\]. Medium-sized vessel showed evidence of vasculitis with break in internal elastic lamina and recanalized thrombus in the vessel lumen \[Figures [2](#F2){ref-type="fig"} and [3](#F3){ref-type="fig"}\]. Immunofluorescence was negative for IgG, IgM, IgA, and C3 with overall features suggestive of acute cortical necrosis with arteritis. CT angiography of abdomen revealed no features of renal artery aneurysms or stenosis. In view of possibility of renal relapse of ANCA vasculitis, she was given methylprednisolone pulse 15 mg/kg for 3 days followed by oral steroids at 1 mg/kg and cyclophosphamide pulses as per European vasculitis protocol. Seven sessions of plasmapheresis were also administered. Her urine output gradually improved and the patient became dialysis-independent and afebrile. She was started on azathioprine maintenance after completion of six pulses of cyclophosphamide. At 6 months of follow-up, her serum creatinine is stable at around 2.5--3 mg/dL.

![Low power view of PAS stained renal biopsy showing multifocal cortical necrosis with ghost glomeruli and atrophic tubules with loss of nuclear details](IJN-29-369-g001){#F1}

![High power photomicrograph of renal biopsy showing medium sized artery with recanalised thrombus in the lumen and infiltrating polymorphs (arrow)](IJN-29-369-g002){#F2}

![High power photomicrograph (elastic Von gossa stain) showing medium sized artery with break in internal elastic lamina suggestive of arteritis](IJN-29-369-g003){#F3}

GPA involving the kidneys usually leads to pauci-immune necrotizing glomerulonephritis with crescents.\[[@ref1]\] Rarely, thrombotic microangiopathy and suppurative interstitial nephritis have been described in ANCA-associated vasculitis on renal biopsy.\[[@ref2][@ref3]\] We describe a case of GPA with renal relapse which unusually had bilateral renal cortical necrosis with arteritis on histopathology. Acute renal cortical necrosis is caused by obstetrical complications in 60%--70% of cases. The remaining 30%--40% of cases are caused by sepsis, snake bite, and hemolytic uremic syndrome.\[[@ref4]\] It has also been reported in antiphospholipid antibody syndrome.\[[@ref5]\] However, GPA leading to renal cortical necrosis due to extraglomerular renal arteritis has not been described so far. Hence, we highlight the fact that clinicians should also keep vasculitis as a differential cause of renal cortical necrosis to avoid delay in treatment and organ damage.
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